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形成（HLHS variant）．新生児期にNorwood＋modified BT 
手術を施行しているが，肺血管の発育が乏しいためGlenn
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Fig. ₂ 　膝関節MRI（右：T ₁ 強調画像　左：T ₂ 強調画像）
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検討を行い原因遺伝子として ₄番染色体（ ₄ q₃₃-q₃₄）上
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　Recent studies have sporadically reported on adults with cyanotic heart disease who have leg pain. Hypertrophic 
osteoarthropathy is thought to underlie this symptom, but to our knowledge the development of this condition in a 
school-age child has not been reported previously. We describe a ₇-year-old girl with a double-outlet right ventricle, 
hypoplastic left ventricle, and hypoplastic aortic arch (hypoplastic left heart syndrome variant). The Norwood 
procedure with a modified Blalock-Taussig shunt was performed in the neonatal period. However, a Glenn procedure 
could not be performed owing to poor pulmonary condition. The patient had persistent severe cyanosis with many 
collateral blood vessels and had repeatedly undergone coil embolization. Fever and knee joint pain persisted for 
more than ₂ weeks after a common cold, and the patient was admitted to the hospital. The knee joint was swollen and 
very tender, and the patient could not walk. Blood tests showed no specific findings other than an elevated 
inflammatory response. Magnetic resonance imaging showed nonspecific arthritis associated with bilateral synovial 
thickening in the knee joints. Ultrasonography revealed small amounts of joint fluid and hyperechoic synovial tissue 
with extensive neovascularization in the knee joints. Finally, hypertrophic osteoarthropathy was diagnosed. 
Treatment with steroids was begun, and the symptoms promptly improved. In patients with complex cardiac defects 
associated with persistent cyanosis, hypertrophic osteoarthropathy should receive adequate attention as an important 
complication.

